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Abstract 
Background To study patients with congenital 
bleeding disorders presenting with intracranial 
haemorrhage in relation to the severity of bleeding 
disorder, presenting features, diagnosis, 
management and complications. 
Methods:  This descriptive study included all the 
patients who presented with intracranial bleed.  Age, 
gender, type and severity of bleeding disorder, 
presence of inhibitor, history of trauma, presenting 
symptoms and signs, diagnosis, management and 
complications were documented. 
Results: Out of 659 registered patients, twenty one 
presented with twenty three episodes of intracranial 
haemorrhage. Majority of the patients, presenting 
with intracranial bleed were of Haemophilia A 
(61.9%). Intracranial haemorrhage was confirmed by 
computed tomography except in one case that died 
immediately after arrival at the centre. 
Headache(85.7%), vomiting (71.4%) and seizures ( 
38.1%) were common presentations.  
Conclusion: Intracranial haemorrhage  needs an 
index of suspicion in patients with bleeding 
disorders who present with headaches. As adequate 
treatment prevents morbidity and mortality, efforts 
should be made for provision of factor concentrates 
to ensure adequate management. 
Key Words: Intracranial haemorrhage, bleeding 
disorder. 
 
Introduction 
          Congenital bleeding disorders, usually 
diagnosed during childhood, are presented to the 
physician as a symptom of bleeding or a known family 
history. Among these, Haemophilia A, Haemophilia B 
and von Willebrand Disease are most common, with 
von Willebrand Disease and Haemophilia A being the 
commonest in the developed world and Pakistan 
respectively.1,2-4 Intracranial haemorrhage is a life-
threatening complication in patients with congenital 
bleeding disorders and in around 3-10% of the 
haemophiliac patients. 1-5 ,9 
     Studies have shown that the risk of intracranial 
haemorrhage increases with the severity of 
Hemophilia.6,14-17 von Willebrand disease carries a 
lesser risk than hemophilia.6.16,18 It is also evident from 
studies that even after minor head trauma, there is an 
increased risk of intracranial haemorrhage in patients 
with bleeding disorders.6,10,14 The 
Rawalpindi/Islamabad centre of Pakistan 
Haemophilia Patients Welfare Society (PHPWS) has 
659 registered patients suffering from congenital 
bleeding disorders managed in collaboration with the 
Haemophilia Treatment Centre, Pakistan Institute of 
Medical Sciences, Islamabad. Of these, Haemophilia A 
(55.5%), Haemophilia B (8.5%) and von Willebrand 
Disease (16.2%) are commoner. Haemophilia A 
(66.9%) and von Willebrand Disease (48.2%) are 
commoner among males and females respectively.  
 
Patients and Methods 
     Patients having congenital bleeding disorders 
presenting to the Haemophilia Treatment Centre with 
intracranial haemorrhage with or without head trauma 
were included in the study. Intracranial haemorrhage 
was confirmed by the attending radiologist via cranial 
computed tomography. Patients were excluded from 
this study when they had penetrating trauma or a pre-
existing neurological disease or tumour.Information 
about patient’s age and gender, type and severity of 
bleeding disorder, presence of inhibitor, history of 
trauma , presenting symptoms and signs, bleeding 
site, treatment received and the outcome (complete 
recovery, disability or death) were recorded .  
 
Results 
     During the study period, a total of twenty one 
patients having congenital bleeding disorders 
presented to the study centre with intracranial 
hemorrhage. Of these, two patients presented with 
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intracranial hemorrhage twice. After Hemophilia 
(FVIII & FIX deficiency), von Willebrand Disease 
comprised the next largest category of bleeding 
disorders (Table 1). The degree of severity was marked 
‘severe’ in all cases. Age distribution of study patients 
are presented in Table 2. Majority of patients were 
between five to ten years of age. Age ranged from four 
months to eleven years with a mean of seven 
years(Table 2). Headache and vomiting were the 
commonest presenting symptoms of intracranial 
bleeding in the study patients (Table 3). 
Table 1: Type of bleeding disorder (n=21) 
Type of Bleeding Disorder Number (%) 
Factor VIII deficiency 13 (61.9) 
Factor IX deficiency 03 (14.2) 
von Willebrand Factor deficiency 03 (14.2) 
Factor XIII deficiency 01 (4.8) 
Congenital thrombocytopenia 01 (4.8) 
 
Table 2: Age distribution of the patients  (n=21) 
Age (Years) Number (%) 
<5 06 (28.6) 
5-10 10 (47.6) 
11-20 04 (19.0) 
>20 01 (4.8) 
 
Table 3: Presenting symptoms of intracranial 
bleeding (n=21) 
Presenting Symptom Number (%) 
Headache 18 (85.7) 
Vomiting 15 (71.4) 
Seizures 08 (38.1) 
Coma 08 (38.1) 
Irritability 01 (4.8) 
    
History of head trauma was present in eighteen 
(85.7%) cases (n=21) and was secondary to fall from 
stairs in most of the cases. The remaining fell while 
playing, fell off from bicycle or were hit by blunt 
objects.Bleeding site confirmed by computed 
tomography was intracerebral in fifteen and subdural 
in six study patients (Figure 1). Two of the patients 
presented with recurrence of bleeding. 
    Standard protocols for factor replacement therapy 
were followed for all patients. None of the patients 
had inhibitors. Complications of intracranial bleeding 
were not seen. All patients, except one with 
Hemophilia A (who died immediately after arrival), 
recovered completely. None of the patients required 
neurosurgical intervention. 
 
 
 
Fig 1: CT Scan with Intracranial bleed  
 
Discussion 
    In our study one (4.8%) of the patients of congenital 
bleeding disorder with intracranial haemorrhage  died 
immediately upon arrival to the centre. Before the 
advent of factor replacement therapy in 1960s, the 
mortality rate of patients with haemophilia (the 
commonest congenital bleeding disorder) was around 
70% and intracranial haemorrhage was responsible for 
around 31% of the cases.19,20 Timely diagnosis and 
treatment with factor concentrates have now resulted 
in reduction of the mortality rate from intracranial 
haemorrhage in patients with congenital bleeding 
disorders. Nevertheless, Intracranial haemorrhage 
remains a considerable challenge.21The pattern of age 
distribution of intracranial haemorrhage in our study 
indicates its increased incidence in the younger 
patients of congenital bleeding disorders. The same 
was indicated by other studies.22,23 This is mainly due 
to the fact that most haemophiliacs are young.3Our 
study indicates incidence of intracranial bleeding in 
patients with increased severity of congenital bleeding 
disorder. de Tezanos et al have also noted this 
pattern.23 
    Symptoms of intracranial haemorrhage were present 
in all patients of our study and it is suggested that a 
computed tomography might not be required in 
patients of bleeding disorder after a minor blunt head 
trauma in the absence of signs or symptoms of 
intracranial haemorrhage. The same is suggested by 
Lee et al in their study on intracranial haemorrhage in 
children with bleeding disorders.24In contrast to the 
western data where type 1 von Willebrand Disease is 
most common, type 3 is most common in our 
country.25,26 This is probably because patients with 
Type 1 von Willebrand Disease present with mild 
symptoms and, therefore, do not seek medical advice 
and remain undiagnosed.  
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Conclusion 
1.Timely diagnosis of intracranial haemorrhage in 
congenital bleeding disorder is crucial 
2.Awareness must be given to the parents and 
guardians of these patients. This includes complete 
information about avoiding head trauma, knowing 
signs and symptoms of intracranial haemorrhage and 
warning about recurrence. 
3. Treatment should be instituted on suspicion before 
confirmation of the diagnosis and surgical intervention 
should be avoided.  
4.Factor replacement therapy must be made available 
to all major heath care centres of the country.  
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